SUMMARY A family is described in which craniosynostosis is associated with characteristic pinnae, a short columella, and symmetrical syndactyly of the fourth and fifth toes, inherited as an autosomal dominant condition. Various dominantly inherited syndromes involving craniosynostosis have been identified, but the constellation of findings in this family suggests a new syndrome different from those previously described.
Case report The proband was three weeks old when she was seen for evaluation of craniosynostosis. She was the product of an uncomplicated term pregnancy, with prolonged labour requiring caesarean section, to a 20 year old gravida 2, para 1 (one spontaneous abortion) mother. The birth weight was 3400 g and her head was noted to be brachycephalic with a high vertex. Skull radiographs showed bilateral coronal craniosynostosis. There were no other perinatal problems and she was otherwise well.
The family history was significant for craniosynostosis, as shown in the pedigree (fig 1) . The abdomen, back, and perineal area showed no abnormalities. The extremities, however, had bilateral simian creases and cutaneous syndactyly of the fourth and fifth toes. Neurological examination was normal except for head lag on pulling from a supine position. Examination of the mother showed brachycephaly and facial asymmetry with a greater prominence of the right side of the face. There was also cutaneous syndactyly of the fourth and fifth toes, the columella was short, and the pinnae were shaped similarly to those of the proband (fig 3) .
The karyotype of the proband was normal female. Skull radiographs showed complete synostosis of the coronal sutures but widened lambdoidal and sagittal sutures and a foreshortened anterior fossa. Radiographs of the hands, feet, and long bones were normal. A CT scan of the head showed petrous pyramids concave posteriorly and a ventricular system generous but within normal limits. Audiological assessment indicated normal hearing. the fourth and fifth toes and the unusual shaped pinnae which were present in the patient and her mother. The Apert syndrome3 has complete symmetrical syndactyly of the hands and feet (minimally involving the second to fourth digits), the SaethreChotzen syndrome4 5 
